"Spondylose Rhizom6lique " (Pierre Marie).-F. PARKES WEBER, M.D. This case is shown as an extremely typical example of the type of chronic ankylosing vertebral disease which Marie termed " spondylose rhizomeique "because when the extremities likewise become affected their roots (that is, the shoulderand hip-joints) are involved first. In the present patient, a thin, pale man (G.R.), aged 33, born in England of Russian-Hebrew origin, the movements in the shoulderand hip-joints are already limited (especially in the left hip-joint) and there is apparently no movement at all in any part of the vertebral column, excepting limited movement of the head. The patient's appearance and attitude when standing, with the head and shoulders bent forwards, are characteristic ( fig. 1 ). There are no abnormal nervous symptoms excepting that the tendon reflexes are FIG. 1.-" Spondylose Rhizom6lique." all extremely active. The urine is free from abnormal constituents. The bloodpicture shows slight antemia of ordinary (so-called " chlorotic ") type. All the patient's teeth have been removed. As Dr. Weber believes is usual in such cases, there is no history of any venereal disease and the blood-serum gives negative Wassermann and Meinicke reactions. In regard to the onset of wet weather the patient is a " living barometer." The patient enjoyed good health till after he was discharged from the Army in 1917, when he was told that he would be more useful in a civil capacity than as a soldier. After that he began to have slight rheumaticlike pains, but since 1921 the present affection has gradually developed, without any fever and practically without pain, excepting in his left hip and thigh, and even that disappears on resting and during fine dry weather. He has never had anytbing like rheumatic fever or acute or subacute infective arthritis. Dr. E. J. H. Roth reports on the radiograms "There is evidence of changes in the cervical, dorsal and Proceedings of the Royal Society of Medicine 54 lumbar vertebral joints. Definite bony bridges are seen extending over the intervertebral discs from the cervical region down to the second lumbar vertebra (fig. 2 ). The hip-joint presents a normal appearance. No changes are seen in the lungs."
The resemblance of this case to those previously figured by Dr. Weber is most striking (see Proc. Roy. Soc. Med., Clinical Section, 1914, vii, p. 144, fig. 1 ; Med. Chir. Trans., 1903, lxxxvi, plate ii). In this disease there is probably an inborn constitutional tendency to ossification of the fibrous ligamentous structures of the affected articulations, analogous to that of the skeletal muscles in so-called myositis ossificans, in which traumata and true inflammation act merely as exciting agents.
In other words, my idea of the pathology of " spondylose rhizomelique " is that it is not essentially an infective or even an inflammatory affection, but is a progressive ankylosis due to (8it venia verbo) an ossifying fibro8i8 of the ligamentous fibrou8 tis8ue of the joints, of constitutional origin. It may even be familial, as is shown by the cases of " ankylosing spondylitis " in brothers, recorded by A. J. Weil and Allolio (Deut. Med. Woch, 1930, lvi, p. 2038), who also quote cases in twin brothers described in Ehrlich's recent monograph'. In regard to myositis ossificans, I would point out that even in the traumatic type a constitutional element is suggested by the fact that only very few riders ever develop a "rider's bone." The rare generalized progressive form of myositis ossificans, which is obviously dependent on an inborn constitutional factor, is a progressive ossifying fibrosis, the ossification being preceded by fibrosis, not inflammation. This was so in the case which I described with Mr. A. Compton in 1914 (Brit. Journ. Child. Dis., 1914 , and in the case described as one of " myositis fibrosa progressiva " by Dr. I. I. Price (Brit. Med. Joutrn., 1930, i, p. 1131).
Dr. Price has kindly informed me that the patient (a girl, aged 31 years) has since then developed radiographic signs of ossification in the muscles. History.-In 1924 had period of drowsiness lasting three weeks; during this time, however, she attended school. Speech became slow about two and a half years afterwards. Face became expressionless. Next development was tremor of hands followed by tremor of legs, and excessive salivation.
Present appearance.-Face is mask-like. Pupillary reaction, sluggisb. Rigidity of head, neck, trunk, and limbs. Coarse tremor of hands, arms, legs; loss of associated movement. Patient is losing weight. Her gait is festinent and stooping. Patient is of fair intelligence, but unable to answer questions, as she is almost completely incomprehensible. Speaking tires her quickly. She can sit for days without trying to speak. Her soft palate does not usually move.
(II) Boy, aged 13, became ill suddenly in April, 1924 . July 3, 1924 .-Admitted to hospital, where he was noisy at night until his discharge. In 1927 a weakness in left arm became apparent, and a year later in left leg. Drags left leg and stoops. Tremor and rigidity in left arm and leg. Saliva dribbles slightly. Face mask-like; blood calcium is 11 1 mgm. per 100 c.c. of blood. Wassermann reaction, negative. Patient is intelligent, and goes to school. No behaviour disorder. Speech slow and expressionless.
(III) Patient, male, aged 27. Eleven years ago had "influenza." Was restless at night; was in bed for about ten days. Gradually speech became monotonous; mouth was generally open and tremor developed.
Tonsils and adenoids-to which slowness of speech and open mouth were attributed-were removed. No improvement in either after operation. Patient became increasingly worse. When he came to hospital, I found signs of the Parkinsonian syndrome. Speech slow, hesitating and unintelligible. Drags left leg; left arm is almost fixed in a rather bent position. His condition has been more or less stationary for about nine years.
(IV) Patient, male, aged 22. Eleven years ago had "rheumatic fever " (epidemic encephalitis): high temperature and pain all over body. Recovered, but fell ill six years ago. In hospital Parkinsonian syndrome was discovered; mask-like face; monotonous, indistinct speech. Three years ago weakness of the left side of the face and facial tremor; slight weakness of right eye on convergence. Coarse tremor of tongue, stiffness and tremor of the arms and legs.
He is becoming worse; tremor and stiffness have increased; he is always sleepy
